Although the existence of double outlet left ventricle has been doubted on embryological grounds (Grant, I962 ; Van Pacifico et al., I972) and it is now a recognized congenital cardiac malformation. In this paper, a further case of double outlet left ventricle is described and some of the diagnostic problems and possible surgical approaches relating to this rare condition are discussed as are the embryological events which may produce the anomaly.
Case report
The patient was a 5-year-old Iranian boy with no family history of heart disease. There was no known exposure to x-rays, potentially teratogenic drugs, or viruses during pregnancy, and his birth was normal at term. Persistent central cyanosis appeared during the first IO days of life, and, latterly, mild effort dyspnoea had been noted. He had not been greatly limited by these symptoms, and there had been no feeding difficulties, squatting episodes, or tendency to recurrent respiratory infections.
On examination, he was small (height and weight on tenth centile) with pronounced clubbing and central cyanosis. Peripheral arterial and jugular venous pulses were normal, and oedema was not present. The cardiac impulse was normal. On auscultation, there was a grade 3/6 ejection systolic murmur maximal at the left second intercostal space, the second sound was single, and no ejection click was audible. No abnormality was found elsewhere. The electrocardiogram showed sinus rhythm, a mean frontal QRS axis of -I500, and a dominant I5 mm R wave in V4R and Vi (Fig. I) . The plain chest x-ray revealed only slight cardiac enlargement and the pulmonary vasculature appeared normal. The haemoglobin was I7-I g/ioo ml. The differential diagnosis was tetralogy of Fallot, double outlet right ventricle with pulmonary stenosis and endocardial cushion defect with pulmonary stenosis.
At cardiac catheterization, the right side of the heart was studied from the right axillary vein and the left side from the right saphenous vein via the foramen ovale which was patent. The catheter crossed a ventricular septal defect to enter the aorta; the pulmonary artery was entered from the left ventricle using a Swan-Ganz balloon-tipped flow-directed catheter. The pressures and oxygen saturations obtained are shown in the (Paul et al., I970) , while in Sakakibara's case (Sakakibara et al., I967) total correction was achieved, since intraventricular diversion of blood from the right ventricle to the pulmonary artery was readily accomplished using a patch to repair the conal septal defect. Conversely, in our patient and in that reported by Kerr et al. (I97I) with severe pulmonary stenosis and pronounced cyanosis, palliation was achieved by anastomosis between the pulmonary artery and aorta. Total correction was later performed in the latter patient after two shunts had failed to function, by creation of an artificial tunnel from right ventricle to pulmonary artery, roofed anteriorly with a free pericardial graft (Kerr et 
